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background: Immunoglobulin G4-related disease (IgG4-RD) is a recently recognized systemic fibroinflammatory disease. It is associated with 
elevated serum levels of IgG-4 and pericardial involvement. Here we report a case of constrictive pericarditis histologically consistent with IgG4-RD 
with associated pericardial effusion in the setting of normal serum IgG-4 levels.
methods: A 75-year-old male presented for evaluation of scrotal swelling and edema. Physical examination was notable for tachycardia and 2+ 
lower extremity edema. There was no pulsus paradoxus. An electrocardiogram revealed atrial flutter.
results: Transthoracic echocardiography revealed a pericardial effusion with calcification and thickening of the pericardium. Cardiac magnetic 
resonance imaging was ordered to further assess the pericardium. It revealed diffuse inflammation and thickening of the visceral and parietal 
surfaces with delayed hyperenhancement consistent with a sub-acute pericardial inflammatory process. Cardiac catheterization was performed for 
hemodynamic assessment. Right and left heart filling pressures were elevated and equalized consistent with constrictive physiology. The patient 
underwent radical pericardiectomy. His symptoms improved and he was discharged. Surgical pathology revealed reactive pericarditis with surface 
fibrin deposition, hyalinizing fibrosis, and prominent chronic inflammation with increased IgG-4 positive plasma cells. Abdominal and pelvic 
computed tomography was negative for retroperitoneal fibrosis. Serum IgG-4 levels were found to be 62 mg/dL (normal 10-100 mg/dL).
conclusions: This is the first case of IgG4-RD manifesting as constrictive pericarditis associated with pericardial effusion and normal serum IgG-4 
levels reported in the literature. IgG4-RD is rare and at present time understanding is limited. Little is known regarding cardiovascular complications. 
It is corticosteroid-responsive and immunosuppressive agents have been used in refractory disease, however, treatment data is limited. Increased 
awareness of this novel disease entity could potentially reduce diagnostic testing, mitigate morbidity, and improve outcomes.
